INTRODUCTION {#sec1-1}
============

Dowling-Degos disease (DDD) was first described by Dowling and Freudenthal in 1938,\[[@ref1]\] then by Degos and Ossipowski in 1954.\[[@ref2]\] It is characterized by a reticulate pigmentation of the flexures with prominent comedone like lesions and pitted scars.\[[@ref3][@ref4][@ref5]\] The disease runs in families and has an autosomal-dominant mode of transmission with female preponderance.

DDD, or dark dot disease, is a rare pigmentary genodermatosis that has been associated with hidradenitis suppurativa (HS).\[[@ref5]\]

HS is a chronically relapsing inflammatory disease that is characterized by recurrent draining sinuses and abscesses occurring predominantly in skin folds that carry terminal hairs and apocrine glands.\[[@ref6]\]

HS is widely considered to occur more frequently in females than in males, with a ratio as high as 2--5:1.\[[@ref7][@ref8]\] The onset of HS peaks in individuals aged 11--50 years, with an average patient age of 23 years.\[[@ref8]\] HS has a predilection for terminal hair follicles and apocrine sweat glands bearing region like axillary, inguinal and perineal regions. Clinically, it is characterized by painful, tender erythematous papules and nodules, abscesses that burst open leading to sinus formation. A deep-seated lesion heals with scarring. The disease has a recurrent and chronic course.

We are reporting a rare interesting association of Dowling-Degos disease (DDD) and HS that is not reported in the Indian literature till date.

CASE REPORT {#sec1-2}
===========

A 44-year-old female patient presented with multiple painful, tender nodular lesions and plaques with multiple sinuses discharging pus involving the buttocks, inner aspect of upper thigh, perianal region and both upper legs since the past 4 years but which aggravated since 1 month. The patient had similar lesions on and off since the past 17 years. There was no history of similar lesions in any family members. Two years back, she was diagnosed as a case of scrofuloderma and had received anti-tubercular treatment for 6 months. The patient frequently took systemic antibiotics for the skin lesions with only temporary relief.

Cutaneous examination revealed multiple tender nodules and plaques with multiple sinuses discharging pus involving the buttocks, inner aspect of upper thigh, anogenital region \[Figures [1](#F1){ref-type="fig"} and [2](#F2){ref-type="fig"}\] and both upper legs. Few plaques over the leg revealed crusting \[[Figure 3](#F3){ref-type="fig"}\]. Post inflammatory atrophic scarring was seen over the lower abdomen and inner aspect of the right thigh \[[Figure 2](#F2){ref-type="fig"}\]. Bilateral tender inguinal lymphadenopathy was present. The patient also had asymptomatic, multiple, symmetrical, dark brown pigmented macules over the axillae \[Figures [4](#F4){ref-type="fig"} and [5](#F5){ref-type="fig"}\] and groins. Scattered comedo-like lesions (dark dot follicles) were seen over the abdomen, thighs \[[Figure 6](#F6){ref-type="fig"}\], back and upper extremity. The patient had multiple discrete pitted scars over the face \[[Figure 7](#F7){ref-type="fig"}\], back and axillae.

![Multiple nodules and plaques with sinuses discharging pus involving the buttocks](IDOJ-4-191-g001){#F1}

![Nodules, plaques and scars involving the inner aspect of the upper thigh and anogenital region](IDOJ-4-191-g002){#F2}

![Crusted plaque over the right leg](IDOJ-4-191-g003){#F3}

![Multiple dark brown pigmented macules and comedo like lesions (dark dot follicle) involving the right axilla](IDOJ-4-191-g004){#F4}

![Multiple dark brown pigmented macules and comedo (dark dot follicle) involving the left axilla](IDOJ-4-191-g005){#F5}

![Scattered comedo-like lesions (dark dot follicles) involving the right thigh](IDOJ-4-191-g006){#F6}

![Multiple discrete pitted scars over the face](IDOJ-4-191-g007){#F7}

Investigations revealed normal blood counts, liver and renal function tests, but the erythrocyte sedimentation rate was raised. Blood glucose levels were normal. Mantoux test was negative. Pus for gram staining and culture sensitivity revealed gram positive *Staphylococcus aureus*. Enzyme-linked immunosorbent assay test for human immunodeficiency virus-1 and 2 was negative. Biopsy from the nodular lesion revealed neutrophilic and histiocytic infiltration around the pilosebaceous apocrine units \[[Figure 8](#F8){ref-type="fig"}\]. Histopathology from the pigmented lesion revealed irregular epidermis, acanthosis and elongation of rete ridges with increased basal melanin pigmentation \[[Figure 9](#F9){ref-type="fig"}\].

![Neutrophilic and histiocytic infiltration around the pilosebaceous apocrine units (H & E, 10X)](IDOJ-4-191-g008){#F8}

![Irregular epidermis, acanthosis and elongation of rete ridges with increased basal melanin pigmentation (H & E, 10X)](IDOJ-4-191-g009){#F9}

DISCUSSION {#sec1-3}
==========

Our case was a female patient with onset of lesions at the age of 27 years. The patient had chronic relapsing multiple painful nodules, plaques with sinuses discharging pus and multiple scars in the aprocrine gland-bearing region. These lesions were clinically and histopathologically suggestive of HS. Our patient was not aware of the flexural pigmentary lesions, comedones and pitted scars, which were also clinically and histopathologically suggestive of DDD.

A number of diseases have been described to coexist with HS. It has been associated with pigmentary disorders of skin folds (Dowling-Degos and Kitamura\'s disease), rheumatologic diseases, neutrophilic diseases, cutaneous and other malignancies (squamous cell carcinoma, epidermal cysts, keratoacanthoma).

Loo *et al*,\[[@ref3]\] illustrated the rare association between HS and DDD.

Furthermore, the association of HS, DDD and multiple epidermal cysts has not been described before, but their co-existence in the same patient was likely to reflect the same follicular anomaly.

It is possible that a single underlying defect of follicular proliferation may account for the co existence of these conditions.

Fenske *et al*,\[[@ref4]\] reported a case in which one patient had DDD, HS and multiple keratoacanthomas. Abnormal epithelial proliferation involving mainly the pilosebaceous apparatus has been recognized in all three conditions. They speculated that a single underlying defect in follicular epithelial proliferation, characterized by variable expressivity, accounts for the co-existence of these clinically distinct disorders of follicular derivation.

Li *et al*,\[[@ref5]\] described a patient with HS in association with DDD and perianal squamous cell carcinomas.

Evidence of a true causal relationship between HS and these diseases is weak. Association may be due to co-occurrence rather than a truly common pathogenic mechanism or a gene linkage.

There is paucity of reports in the literature regarding the association of HS and DDD. To the best of our knowledge, there is not a single Indian report of association of DDD and HS.
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